1 cases with atypical pleomorphic cytologic results that show abrupt transition from typical cytomorphologic findings and storiform architecture to markedly hypercellular areas with a fascicular growth pattern and diffuse infiltration of adjacent skeletal muscle have been classified as atypical perineuriomas. Hornick and Fletcher also state that the mitotic count is variable. These histological features have no clinical significance and may be comparable to the degenerative changes observed in ancient schwannoma. 1 In benign and atypical forms of perineurioma, surgical resection with free margins is curative; only 5% of cases have shown recurrence, and there are no reported cases with metastases. 1, 4, 5 The differential diagnosis of soft-tissue perineurioma includes cellular schwannoma (S-100 protein ϩ; CD34 ϩ/−; EMA −), low-grade fibromyxoid sarcoma of Evans (S-100 protein −; EMA ϩ/−; CD34 −), solitary fibrous tumor (CD34 ϩ; S-100 protein −; EMA −), and benign fibrous histiocytoma or low-grade malignant fibrous histiocytoma (CD34 −; S-100 protein −; EMA −; CD68 ϩ). Immunohistochemical studies will help separate these 4 entities. [1] [2] [3] [4] [5] [6] To our knowledge, this is the first case of atypical perineurioma arising in the bulbar conjunctiva reported in the English-language literature. 
Correspondence

Evidence That Anterior Episcleral Nerve Sheath Tumors Arise From the Axenfeld Nerve Loop
T he occurrence of solitary episcleral neurofibroma has been described previously in 3 case reports [1] [2] [3] [4] ; episcleral schwannomas have been reported 4 times. [5] [6] [7] [8] The origin of these rare tumors is unknown. However, topographic analysis from our case and those in the literature provides evidence that most anterior scleral nerve sheath tumors arise from intrascleral nerve loops.
Report of Cases.
A 45-year-old woman had a mildly tender, white nodule of a few weeks' duration that was adherent to the sclera, measuring 3.5ϫ 3.5 mm in surface dimension and located approximately 4 mm from the limbus in the inferotemporal quadrant. Neither prior eye operations nor traumatic injury occurred in this region. Microscopic examination of histologic sections revealed a spindle cell tumor with features of a nerve sheath tumor (Figure) . The tumor did appear encapsulated.
Cases culled from the literature of episcleral nerve sheath tumors are summarized in the Table. Under the assumption that benign nerve sheath tumors enlarge in a symmetric fashion, the distance of the tumor from the limbus (d) was calculated from the photograph by the following equation: d=(d photograph )(11.7)/c, where c indicates the mean corneal diameter in millimeters measured in the photograph and 11.7 represents the corneal diameter in millimeters. 10 The key characteristics of episcleral peripheral nerve sheath tumors are shown in the Comment. Episcleral neurofibromas and schwannomas likely arise from the long posterior ciliary nerves within the sclera. 3 The ciliary nerves pierce the sclera near the optic nerve and pass anteriorly within the sclera and suprachoroidal space while branching to form a loose connection between the long and short posterior ciliary nerves, leading to 20 to 30 branches at the level of the ciliary body. 11, 12 The nerve loop of Axenfeld is an anastomotic interconnection of the long ciliary nerve that occasionally turns to enter the sclera before turning back again to continue anteriorly to the ciliary body. 13 The loops occur in the area 2 to 4 mm posterior to the limbus, and no loops occur in the zones directly anterior to the medial and lateral rectus tendons. 9 Anterior episcleral nerve sheath tumors have a topographic distribution similar to the Axenfeld nerve loop, permitting speculation of their relationship. The distances from the center of the tumor to the limbus narrowly ranged from 3 to 4 mm. None of these tumors occurred directly anterior to the horizontal rectus muscle tendons (Table) . The anterior tumors were evenly distributed among the remaining quadrants as described for Axenfeld nerve loops. Two of 4 episcleral schwannomas occurred in the posterior sclera. If the distribution were random in the ciliary nerves, then some tumors would be expected to be found in the horizontal plane and at more variable distances from the limbus.
The apex of the loop can extend through the full thickness of the sclera and project above the scleral surface. 13 Pain and tenderness have been noted when the nerve loops are located anteriorly. The sharp bend in the nerve and the ensuing stress perhaps facilitate the abnormal proliferation of nerve sheath cells and the formation of these tumors. The differential diagnosis for all of the reported episcleral nerve sheath tumors includes solitary circumscribed neuroma, but as in our case the published cases lack sufficient encapsulation to warrant this diagnosis.
